 (BrJ Ophthalmol 1993; 77: 495-501) 
Patients and methods
The German adRP family presented here (see pedigree in Fig 1) was included in the screening programme for rhodopsin mutations at the department of human genetics of the Medical University Lubeck. Screening for mutations was carried out by restriction digestion, heteroduplex analysis, single strand conformation polymorphism (SSCP) analysis, and genomic sequencing following polymerase chain reaction (PCR) amplification of the five rhodopsin exons, as previously described.6 11 Four affected members were seen for clinical investigation by the authors (EA-S, HG, or EZ respectively), whereas histories from another two affected members were obtained by questioning relatives.
For each proband, an extended questionnaire was completed with respect to age at onset of Apfelstedt-Sylla, Kunisch, Horn, Rather, Gerding, Gal, Zrenner On funduscopy (Fig 2B) , the optic discs appeared normal, and retinal arterioles were only moderately attenuated. The maculae showed (Fig 3) , performed with the 30'/314 cd m-2 and the 10'/314 cd m-2 target of the Tiibinger perimeter showed normal outer field borders, but the beginning of an arcuate scotoma from 10 to 300 eccentricity.in the lower temporal, and, to a smaller extent, in the lower nasal quadrants of each eye. No scotoma had been detected on a previous test with a Goldmann perimeter at the age of 29. In the ERG (Fig 4), The dark adaptation curve (Fig 5) , deterrange ± 2 SD mined at 200 nasally on the horizontal meridian, was monophasic, revealing absence of rod function, impaired cone function, and a final threshold elevation of 4 5 log units.
Patient 111/2
On two colour (500 nm and 656 nm) dark adapted static perimetry along the horizontal meridian (Fig 6) , rod sensitivity as determined by the blue-green stimulus was reduced in all regions. Threshold elevation, however, varied, being most prominent within 300 around fixation, where cones detected the 500 nm target. At greater eccentricities, thresholds were mediated . .........by rods.
Cone sensitivity was considerably less reduced _____________ at all loci measured. Thresholds for 656 nm 30 45 stimuli were all detected by cones. In the es) macular area, as well as in the far periphery, sensitivity was within the low normal range. Maximum sensitivity loss was between 30 and it adanted cone 400 eccentricity.
Proband IV-I The 4-year-old son of III-1 had no noticeable visual impairment at the time of our evaluation. Visual acuity in the Sheridan Gardiner test was 6/6 each eye. Colour vision was normal. Funduscopy ( Fig 2D) showed no alterations besides a broadened perimacular reflex of the inner limiting membrane and a nerve fibre layer dropout superior to the optic discs. Consent for ERG testing was not given by the -parents. frame (see sensitivity differences between the two stimuli. In case III-2, rods detect the 500 nm In the RP family reported here, the mutation found should result in a significant alteration of the amino acid composition at the c terminal end of rhodopsin, and in the molecule which is one amino acid longer than the wild type (see Fig 8) . Nine 
